Incontinentia pigmenti: the development of pseudoglioma C A BROWN From Bristol Eye Hospital and Southmead Hospital, Bristol SUMMARY A case is described of incontinentia pigmenti in an infant with relatively normal retinae at seven days after birth who went on to total blindness by three months. This was due to excessive neovascularisation of retinae and vitreous, leading to bilateral pseudoglioma.
Incontinentia pigmenti (Bloch-Sulzberger syndrome) is a generalised ectodermal and mesodermal dysplasia affecting eyes, skin, hair, nails, teeth, bones, and central nervous system. It nearly always affects females. It appears at or very soon after birth. The skin lesions start as a generalised blistering rash with vesicles or bullae on trunk and limbs. These heal and leave typical pigmented lines and whorls and sometimes verrucous lesions. The pigment comes from melanin granules which migrate from the epidermis into the dermis, where they are either free or absorbed by chromatophores.
The disease causes blindness, total or partial, in 25% to 35% of cases.' This paper describes the condition from one week after birth to the fully developed pseudoglioma.
Case history
A girl, a first baby, was born at 41 weeks gestation, birth weight 3-1 kg. Both parents were normal and there was no consanguinity. At 8 hours after birth she developed a generalised blistering rash suggestive of incontinentia pigmenti. At age 3 days she had twitching of her right arm and leg. Her skin progressed through the typical changes of incontinentia pigmenti, with linear pigmented lines on the trunk and the limbs and some verrucous lesions. The diagnosis was confirmed by biopsy.
At age 1 week (first ocular examination) the fundi showed dilated retinal veins in both eyes, with a small area of neovascularisation and exudates along the course of the left superior temporal retinal artery and vein above the macula (Fig. 1 ).
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At 5 weeks the irides were vascularised. The retinal veins were now grossly dilated (x3) and tortuous, and there was extensive neovascularisation and oedema round the discs and the posterior pole (Figs. 2 and 3 ), but there was very little neovascularisation in the peripheries.
At 10 weeks there was increased vascularisation of the irides. The neovascularisation of the retinae and vitreous had massively increased, with vitreous haze and fibrosis in both eyes (Fig. 4) .
At 13 weeks the vitreous haze had increased so that there was only a temporal red reflex in the right eye and no red reflex in the left. The retrolental membranes were almost total in the right eye and total in the left. The picture was now that of bilateral pseudoglioma.
Treatment was attempted with small doses of ACTH (5 units alternate days) from 2 to 5 months of age, but this was without any effect.
The child continued to have gross mental retardation, spasticity, and fits, and was totally blind, with bilateral retrolental membranes and a secondary cataract in the left eye. These three cases showed early changes similar to the one described here but they were less severe and only one4 went on to develop a partial pseudoglioma.
Later retinal changes were described by Watzke et al.8 In 19 cases all over the age of 2 years they found five with unilateral and two with bilateral zones of abnormal arteriovenous anastomoses and preretinal fibrosis at the temporal equator, and no retinal perfusion temporal to it. Jain and Willetts9 described a case in a girl who had had incontinentia pigmenti from birth and at the age of 14 years had microaneurysms temporal to the macula and retinitis proliferans in the upper temporal equator.
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